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ABSTRACT

Congenital atrichia is the absence of hair over the entire body at birth, an inherited condition that may be isolated
or associated with other anomalies. Herein we report a case of isolated congenital atrichia with nevus flammeus.
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Congenital atrichia is the total absence of hair from
birth, usually an inherited condition. It may occur
as isolated!" or associated with other anomalies?.
Congenital atrichia may be associated with papular
lesions on the face, neck, trunk, or limbst® that may
not be present at birth and may occur later in life.
These are also a few syndromes associated with
congenital alopecia such as Moynahan syndrome,
hidrotic ectodermal dysplasia and progeria.

A six-month-old baby born of consanguineous
parentage (second-degree relatives), was
brought to the outpatient department for scanty
growth of scalp hair for the past three months.
A few tufts of scanty hair were present on the
scalp at the time of birth. There was complete
absence of hair on the eyebrows and eyelashes.
There was no history of hypertension, atopy,
loss of hair, or any autoimmune disorder among
the family members. The baby was otherwise
healthy for the past six months. Developmental
milestones and vaccination schedule were
normal. Sweating and body temperature was
normal. There was no history of epilepsy. Her
elder sibling (two years old) was also normal.

Examination revealed a sixmonth—old baby with
complete loss of hair on the occipital and both
temporal regions of the scalp [Figures 1 and 2].
Partial loss of hair was present on the parietal and
frontal areas of the scalp with the present hair
being terminal [Figure 3]. There was complete
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absence of superciliary and ciliary hair and
absence of hair elsewhere on the body [Figure 4].
Hair pull test was negative. There was no
visible inflammation at the follicular orifices,
hypopigmented streaks suggestive of alopecia
areata were not seen. Mucosae and nails were
normal. An asymptomatic erythematous—to—pink
blanchable patch with a well-defined border of
3 x 4 cm on the occipital area was present.

On trichoscopy, the hair present on the scalp
was terminal with moderate thickness and no
perifollicular pigmentation, inflammation, or
occlusion [Figure 5]. On microscopic examination,
the hair shaft and hair bulb were normal.
Vitamin D3, serum calcium, and immunoglobulin
E levels were normal. Biopsy was not done as
the parents did not consent to it.

Congenital atrichia can present as total loss of
hair at birth or with scanty hair on scalp, which
may later shed within a few months after birth. It
may be inherited as an autosomal dominant or
autosomal recessive disorder.

Vitamin D—dependent rickets type Il A associated
with alopecia and alopecia universalis should
also be considered. There are a few syndromes
associated with congenital alopecia such as
Moynahan syndrome, hidrotic ectodermal
dysplasia and progeria [Table 1].2 There have
been several reports of congenital atrichia,®4
though a few of them are isolated and not
inherited.l" There have also been case reports of
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Figure 3: Partial loss of hair on parietal and frontal regions

congenital alopecia areata in children of two to five years of age.”
A solitary case of congenital atrichia has been reported with situs
inversus and mesocardia./? Congenital atrichia may be confused
with congenital alopecia universalis, but the distinct features such
as a history of consanguinity, loss of hair either on eyebrows or
eyelids and scant body hair and vitamin D deficiency in the form
of rickets may suggest congenital atrichia. The presence of an
asymptomatic erythematous-to-pink blanchable patch with well-
defined borders on occipital area in our case was diagnosed as
nevus flammeus as it was present since birth.

In our case, the differential diagnoses were narrowed down to
congenital atrichia and congenital alopecia areata progressing
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Figures 2: Temporal and occipital regions with complete loss of hair
and occipital area with erythematous blanchable patch

!

Figure 4: Complete loss of hair on eyebrows and eyelids

Table 1: Various case reports and reference numbers

Clinical condition Case reports References
Moynahan syndrome 7
Ectodermal dysplasia

Progeria

Papular lesions Bansal et al. Bl
Situs inversus and mesocardia Sacchidanand et al. &y
Hereditary simple hypotrichosis  Ferrando et al. 18]
Palmoplantar hyperkeratosis + Cl
mental retardation + early loss

of teeth

Nevus flammeus Present case -

towards universalis. There was no history of epilepsy and
hyperhidrosis, and levels of vitamin D3, serum calcium, IgE
are normal. Alopecia areata is common in children, though it
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Figure 5: Trichoscopic image with terminal hair and patent open
follicles with no hair

is rarely reported in the neonatal period or in infancy. Alopecia
areata progressing to alopecia universalis in the neonatal
period has also to be considered and has not been reported so
far.2¢! As the absence of hair on the eyebrows and eyelids at
the time of birth rules out the alopecia areata, with the history
of consanguinity in parents and absence of family history, the
diagnosis may be concluded as an “isolated case of congenital
atrichia associated with nevus flammeus.”

The case is being reported as congenital atrichia has not

been reported in an infant of six months. The association with
nevus flammeus, a sporadic form, and the trichoscopic picture
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is reported for the first time in congenital atrichia. The patient
is being followed up for any developments such as papular
lesions on the face and body or for any epileptic episodes and
mental retardation.

1. Kenue RK, al-Dhafri KS. Isolated congenital atrichia in an Omani
Kindred. Dermatology 1994;188:72-5.

2. Crowder JA, Frieden 1J, Price VH. Alopecia areata in infants and
newborns. Pediatr Dermatol 2002;19:155-8.

3. Bansal M, Manchanda K, Lamba S, Pandey SS. Atrichia with papular
lesions. Int J Trichol 2011;3:112-4

4. Sacchidanand S, Sahana M, Hiremagalore R, Asha G. Congenital atrichia
associated with situs inversus and mesocardia. Int J Trichol 2012;4:181-3

5. Sinclair R, de Berker D. Hereditary and congenital alopecia and
hypotrichosis. In: Dawber RP, editor. Disease of the Hair and
Scalp. 3 edn. Oxford: Blackwell Science; 1997. p. 252-397.

6.  Lenane P, Pope E, Krafchik B. Congenital alopecia areata. J Am Acad
Dermatol 2005;52:8-11.

7. Moynahan EJ. Familial congenital alopecia, epilepsy, mental retardation
with unusual electroencephalograms. Proc R Soc Med 1962;55:411-2.

8. Ferrando J, Grimalt R. Hereditary simple hypotrichosis. In: Ferrando J,
Grimalt R. editors. Atlas of paediatric trichology. Madrid: Aula Médica;
2000. p. 64-5.

9.  Steijlen PM, Neumann HA, der Kinderen DJ, Smeets DF, van der
Kerkhof PC, Happle R. Congenital atrichia, palmoplantar hyperkeratosis,
mental retardation, and early loss of teeth in four siblings: A new
syndrome? J Am Acad Dermatol 1994;30:893-8.

Cite this article as: Kirit ER, Parthasaradhi A. Congenital atrichia associated with
nevus flammeus: A rare association. Indian Dermatol Online J 2014;5:475-7.

Source of Support: Nil, Conflict of Interest: None declared.

477



